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Tucmuouumos u3z kaemoxk Jlaneepeanca (I'KJI) seasemes pedkoit namonocueil ¢ He YCMaHOBACHHbIMU 00 HACMOAUE20 8PeMeHU IMUO0N02Uel
u namoeenezom. Bpauam-kaunuyucmam kpaiine pedko npuxooumcst Cmaikugamocs ¢ 2UCMUOUUMAPHbIM NOPAICCHUEM YEHMPAAbHOU Hepe-
Hotl cucmemvt (LIHC), dons cayuaes komopoeo cocmaensem éceeo 1—4% 6cex noaucucCmeMHuIx U nOAUOYAL08bIX KOCMHbIX (hopm 3ab0nea-
Hus. Tlpedcmaenen kKaunuueckuil cay4aii GUKCAYUOHHOI AMHE3UU Y NAYUEHIMKU C 04A208bIM Nopadiceruem 201081020 mozea npu T'KJI. Jlano
onucanue Haubonee XapaKmepHviX KAUHUHECKUX 0COOeHHOCmell U NPedCcmasner aneopumm OUAZHOCIMUKYU NPU SUCMUOUUMAPHOM NOPAdICeHUU
20106H020 M03ea. 1100po6HO paccmompenbl pe3yrbmamol IKCHEPUMEHMANbHO-NCUX0N02UYECK020 00CAe008aHUS NAYUSHMKY U ONUCAHA KAU-
Huueckas Kapmuna uxcayuonnoil amuesuu. Ilpedcmasnernsi HeliposU3yaNU3AUUOHHbIE OAHHbIE NOPAJICCHUS 2UNOMANAMO-2UNOPU3APHOU 00~
AACMU U BUCOUHOU KOCMU C 808ACHEHUEM CAYX08bIX cmpykmyp. Ha ochoéanuu kaunuueckux daHHbIX cOenam 6v1600 0 HecneyuuuHocmu Kax
KAUHUYECKOI, MaK U Helipogu3yaiu3ayuoHHol KapmuHsl eucmuoyumapro2o nopaxcenus LIHC, umo 3ampyonsem duaenocmuueckuil NOUCK
npu T'KJIL. JIng npasunbroil 0uaeHoOCMUKY U C60e8peMeHH020 Ae4eHUs HeoOX00UuMOo npogedeHue OUONCUL NAMOA0UHECK020 04aed ¢ NOCAedyH0-
WUM 2UCMON0SUHECKUM U UMMYHOSUCIOXUMUYECKUM UCCAe008AHUEM MAMePUand.
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Langerhans cell histiocytosis (LCH) is a rare disease with hitherto unknown etiology and pathogenesis. It is extremely rare for clinicians to
encounter histiocytic lesions of the central nervous system (CNS); the proportion of cases of which is only 1—4% of all polysystemic and multi-
focal bone lesions. The paper describes a clinical case of fixation amnesia in a female patient with focal brain lesions in LCH. It depicts the most
characteristic clinical features and presents an algorithm for the diagnosis of histiocytic brain lesion. The results of the experimental psycholog-
ical examination of the patient are considered in detail and the clinical presentations of fixation amnesia are described. There are neuroimag-
ing data showing the lesions in the hypothalamic-pituitary region and temporal bone, which involve the auditory structures. The clinical find-
ings have led to the conclusion that both the clinical and neuroimaging patterns of histiocytic lesions in the CNS are non-specific, which com-
plicates the diagnostic search in LCH. For correct diagnosis and timely treatment, it is necessary to perform a biopsy of the pathological focus,
Jfollowed by histological and immunohistochemical examination of the material.

Keywords: Langerhans cell histiocytosis; central nervous system; fixation amnesia; neuroimaging.

Contact: Larisa Viktorovna Lukina; larisalu @yandex.ru

For reference: Lukina LV, Mikhailov VA, Ananyeva NI, et al. A case of fixation amnesia in Langerhans cell histiocytosis involving the cen-
tral nervous system. Nevrologiya, neiropsikhiatriya, psikhosomatika = Neurology, Neuropsychiatry, Psychosomatics. 2020;12(6):117—123.
DOI: 10.14412/2074-2711-2020-6-117-123
]

Tuctronuros us kierok Jlanrepranca (I'KJI) — ato 3a-
0osieBaHueE, B OCHOBE KOTOPOTO JIEXUT aHOMaIbHasl mposaude-
pauust ¥ aKKyMYJISILIMSI B OpTaHAaX M TKAHSIX MaTOJOTMYeCKUX
kieTok JlaHrepraHca, Beaylas K JOKaJTbHOMY MOBPEXIECHUIO
W HapylieHUo (QYHKIIMK TTOpakeHHBIX opraHoB [1]. JaHHasa
Ho30JIornYecKast ¢opMa OTHOCUTCSI K TUCTUOLMTAPHBIM 0O-
JIE3HSIM U 00BbEUHSET B ce0e TeTepOreHHyIo rpymnmny 3adose-
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BaHMI1 (P03UHO(MUIbHASA rpaHyaema, 601e3Hb XoHma—Ilyn-
nepa—KpucueHa u 6one3Hb Adta—Jletrepepa—3uBe), KOAU-
pywoiuxcss B MexnyHapoaHo# KiaccuduKaluu Oosie3Heit
10-ro mepecmorpa B ABYX pyopukax: D76.0 — ructouuros us
KJieToK JlaHrepraHca, He KjacCUdUIIMPOBAHHbI B IPYyTUX PY-
opukax, u C96.0 — 6ose3npb Jlerrepepa—3uBe (HEJTUTUIHBIT
PETUKYTOIHAOTETNO03, PETUKYJIIE3).
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HAWNHUYECKHUE HABNKWAEHUA

Uctopusa uzyuenusi 'KJI HacuuteiBaeT 6osee 100 ser
C MOMEHTa OIMCAHUs TEePBOTO KIMHUYECKOTO HaOJIONEeHMS.
B 1973 . C. Nezelof u coaBr. [2] uaeHTU(GULMPOBAIU TUCTUO-
LIWTHI U3 TPaHyJIeM KaK KJIeTKHU, HeCyIe CTPYKTYPHO-(GYHKITH-
OHaJIbHbIE MapKephbl dMUAePMabHbIX KJIeTOK JlaHrepraHca, oT-
JIMYUTETbHON YePTOIl KOTOPBIX SIBJSIOTCS YHUKAJIbHbIC KJI€TOU-
HbIE TeJiblla — «IpaHyJibl bupbeka». B ¢BsI3u ¢ 3TUM OTKpBITUEM
B 1987 . MexayHaponHasl rpyrina ucciefoBaTeneil TMCTUOLU-
TapHBIX 3200JIeBaHUI 3aMEHIWIA UICTOPUYECKOE Ha3BaHUE TTaTo-
JIOTUH «TUCTHOIINTO3 X», UCTOJb30oBaBIeecs ¢ 1953 1., Ha Tep-
MWH «TUCTUOLINTO3 U3 KJIETOK JIaHTepraHca», Kak OTpaxkalolInii
MOP(dOJOTUYECKYIO OCHOBY 3a00JIeBaHUS.

I'KJI sBasieTcsi OTHOCUTENILHO penKoi U MaJlou3ydyeH-
HOU TaToJIOTWEel, B OCHOBHOM BCTpedalollelicss B paHHEM
JIeTCKOM Bo3pacTe ¢ yactoToit 3—10 ciayyaeB Ha 1 MJIH geT-
ckoro HacejeHus B rof. Y B3pocibix I'KJI BwisiBisieTcs eiie
pexe — ¢ 4acTOTOi, He MpeBbIIIaolIeil OAHOTO caydyash Ha
560 ThIC. YeI0BEK.

[TpuBOIMM KIMHUYECKOE HAOIIOIEHHE.

Hayuenmka JI., 36 aem, obpamuaace K Heepoaocy no Ha-
CMOSIHUIO U 8 CONPOBONCOCHUU POOCMEEHHUK08. AKMUBHO HCano0
He npedsseasna, npu paccnpoce ommeyana yxyouleHue namsmu,
V6eauueHue Maccol mena, CHUMCeHUe cayxa, o0wyr caabocme,
conaugocmo, ycaxcdy. Co cn06 mamepu, nayueHmrka 6 nocieonue
Mecaybl cmana anamuna, 6e3biHUYUAmuena, 6e3pasiuuHa K npo-
ucxoosauemy 8okpye, He NpoA6AANd UHMmMepeca K C8OUM O0emsm
u nepecmana 3a60mumsCs 0 HUX, npeHebpe2ana AUUHOU eueueHol,
bonvuuyo uacms OHS nPo8ooUAa Aexca 8 NOCMeNU, Xoms paHviie
Ovlra docmamouHo 3HepeuuHa. Poocmeennuku obpamuiu eéHuma-
HuUe Ha npoepeccugroe yxyouieHue y 6oabHOU KpamKocpouHoi na-
Mamu: cmana 3a0vi6ams, 0 yem 6ecedosana ¢ OKPyICanuUmMu He-
CKOAbKO 4aco8 HAa3ad, nepecmana QUKCUposams npoucxoosujue
80Kpye Hee co0bimMUS, CO8EPULANG MYAAem U NPUHUMANA NULLY
MOAbKO NOCAE HANOMUHAHUSL.

U3 anamuesa 3abonesanus uzeecmuo, umo 3 eoda Hazao,
nocae 6mopuix podos, NAyUeHmMKa Cmana npoepeccUusHo Habupams
maccy meaa npu COXpaHeHUuU NPENCHe20 pelcuma NUmanus — ¢ 65
do 110 ke 3a noaeoda. Cnycms 6 mec, Ha gone npodoaicaioueti
VBeAUHUBAMbBCA MACCHl Med, Y HCeHUUHbL PA36UAACH AMEeHOpes,
NOSAGUAUCH NOAUYDUS, NOAUOUNCUS, U3-3Q 4e20 OHA BbIHYICOEeHA
Oviaa ynompebaamo do 15 n wcudkocmu 6 cymku, a makxice
ecnvluku OecnpuyunHoll agpeccuu. Toeda sce npowina o6caedosa-
Hue y SHOOKPUHOA02a NO MeCmy JHCUmenbcmed, 0bia NOCMasieH
duaero3 «Hecaxapuwlil duabem» u HA3HA4eH 0eCMONPeccUt 6 003e
180 mre/cym (60 mxe ympom, 120 mxe Ha HOub), KOmMOpbLi 604b-
Has npunumana nocmosnuo. Heliposusyaruszayuonnoe uccredo-
8aHue 20108H020 M032a He npogodunocs. Okono 2 sem Hazao na-
yueHmky cmanu 0ecnokoums peyuousupyrouue 08ycmopoHHuUe
2HOlIHble CpeOHUe OMUMbL, CONPOBONCOABUIUECS BbIPANCEHHBIM OO~
A€6bIM CUHOPOMOM U NPOSPECCUBHBIM CHUMICEHUEM cayXd. Beinoa-
HeHa ayouomempus, npu KOMopol 8bis61eH0 08YCMOPOHHee CHU-
JceHue KOCMHOU nPo8oOUMOCIU 0Mm Ae2K0li 00 yMepeHHOl cmene-
Hu Ha yacmomax 2,4 kluy kak nposeaenue 08ycmopoHuei KoHOY-
KkmueHoi myeoyxocmu cnpasa Il cmenenu, caeea — I cmenenu.
Hasnauennas anmubaxmepuaivhas mepanusi nOAONCUMENbHO2O
ahpekma ne umena — 604U COXPAHAAUCH, CAYX NPOOOANCAA NA-
damp, boavuie Ha aegoe yxo. B cesasu ¢ smum 6bli0 6bINOAHEHO
onepamueHoe EMeulamenscmeo: pepacuKalbHas MuMnaHONAA-
CmMUKa Ha 1e6oM yxe No Noeody Ne80CMOPOHHE20 XPOHUYECK020
2HOlIHO20 cpedHe2o omuma. Ilocae npogedeHHo20 XUpypeu1eckozo
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AeveHus nayueHmka ommemuna yayuuenue cayxa. Cnycms 6 mec,
Ha ¢hoHe ncuxompasemupyroujeii cumyayuu AUMHO20 Xxapakmepa,
00abHAs @nepsble 0OpaAMUAA BHUMAHUE HA YXYOuleHue Nnamsamu
6 ude neeKkolil 3a0bi6uusocmu 6 obimy. Yepes 2 mec y nayueHmxu
Dpazeuncs ocmpulil anU300 nomepu NAMAMU: blil0s U3 MA2A3UHA,
He M02aa 6CNOMHUMb, KAK OHA myda nonaaa, ede 0Cmasuaa ma-
WUHY U ObLAA BbIHYICOCHA NO360HUMb POOCMBEHHUKAM, YMOoObl ee
3abpaau domoil. B mo xce epems énepevie Ovlaa 8binoaHeHa mae-
HumHo-pe3onancuas momoepagus (MPT) eonosnoeo mo3zea
¢ KOHMPACMHbIM YCUAeHuem, npu KOmopoil 6bisi81eH0 00seMHOoe
obpazosanue eunomanamo-eunogusapnoi 3onsl. C pezyromama-
Mu 06caedoganus 0OpamuAacy Ha KOHCYAbMAYUIO K HeUpoxXupyp-
2y, yemaroenew ouaeros: «QbsemHoe 06pazosanue cunopusa u eu-
nomanamyca», 6 npogedenuu GUOnCcUL 6bLA0 OMKA3AHO 868UJY 0CO-
beHHOCmell A0KAAU3AUUY NAMOA0UHECKO20 04a2a U CAOICHOCHU
docmyna. Ilo nacmosnur poocmeenHukoe 60abHas 06pamusace
6 KauHuky 6 Hspaune, 20e eil 6bina evinoaHeHa cmepeomakcuye-
ckas buoncus o0seMHo20 obOpazosanus. lucmonamonoeuueckoe
uccnedosanue buonmama NnoKazano HAAUvue GOCHAAUMENbHO20
UAU epaHynemamo3noeo nopaxcenus. /[anvheliuee uccaedosanue
buonmama He npoeoouUN0Ch, ¢ NOAYYEHHbIMU OaHHIMU NAYUEeHM -
Ka o6pamuaace 3a KOHcyabmauyuei K Hegpoaozy 8 c6s3u ¢ npo-
2peccupyrouuM paccmpoicmeom namsamu.

Anamues xcuznu: podunacs u npoxcusaem @ Kpacnodap-
ckom kpae. Ilepeuiii pebenok 6 cembe, umeem MAAOULYI0 POOHYIO
cecmpy u 08yx c600Hbix bpambes no aunuu omya. Cecmpa u o6pa-
mus 3doposel. Obpazoeanue gvicuiee, okoHuura Kybauckuii ae-
DapHblil YHUGepcumem no CHeyUuarbHoCmu «3KoHomucm». Jlo po-
acoenus demeil pabomana Ha eoccayicbe no CHeyuanrbHOCMU.
Boiuina 3amyonc 6 29 nem, 6 nacmosujee epemsa 2 2oda 6 pazeode.
Hmeem 08yx manonemuux douepeit 3 u 1,5 rem.

Tayuenmka poxcdena om gusuonocuvecku npomexaguieil
bepemennocmu, cpouHbix podos. Pannee pazeumue 6e3 ocobeHHO-
cmeii. B dowkonvnom o3pacme nabarodanrace neduampom, Kax
yacmo 6onerouuil pebenok, a maxice co cHoeosoperuem. C 9 do
10 nem cmpadana suypesom. Yepenno-mozeoevie mpasmol u no-
mepu cos3nanus ompuyaem. Ilepenecennvie onepamughole emeula-
menvcmea: 8 demcmee — AnNeHOIKMOMUS, A0eHOMOMUS, 08aNC-
dvl podopa3speuwienue nymem Kecapeea ce4eHusi, pepaouxanvHasn
mumnavonaacmuxka Ha neeom yxe. Mugexyuonnulii u anrnepeono-
euyeckuli anamues cnoxoiinvie. Hacaedcmeennocmo ne omsazouje-
Ha. Bpeduwix npusbiuex He umeem.

ObsexmuegHble OaHHble: COMamu4ecKuii cmamyc — cocmosi-
Hue ydosaremeopumenvroe. Temnepamypa meaa 36,6 °C. Pocm —
165 cm, macca mena — 115 ke. KoxcHvie nokposwt u eudumsie cau-
3ucmole 00040uKU vucmole, 00biuHOl okpacku. Ilepupepuyeckue
aumgpamuueckue y3nel He ygeauvenvl. Muojcecmeennvle cmpuu Ha
Kodce nepedueil bprowHoli cmenku u cnure. Yacmoma Oovixanus —
17 6 I mun. /loixanue eezukynsaproe, xpunog nem. llepkymopno —
SACHDBLI Ne2ouHblll 36VK. Apmepuanvhoe dasaernue — 125/80 mm pm.
cm., nyave — 68 yo/mun. Ipanuysl cepoya nepkymopho ne ygeauue-
Hol. ToHbl cepoya scHoble, pummutnble. 2Kusom npasunbHoli hopmul,
He 630ym, Oe3001e3HeHHblil npu nasvnayuu. Ilevens u cenezenka He
yeeauenvl. CUMRMOM «NOKOAAYUBAHUS»> OMPULAMENbHbLI ¢ 00eux
cmopoH. Pusuonoeuueckue OmnpasieHus 8 Hopme.

Heesponoeuueckuii cmamyc: meHuHeeanbHvie CUMRIMOMbL OM -
puyamenvrvie. Inazusie weau D=S. Jlgycmoponnuii sK300pmanvm.
3pauku D=S, ¢pomopeaxyus u peakyus Ha aKKoMoOAyUo ¢ KOH-
eepeenyuell ycugvle. JleudiceHus enaznvlx s1010K 8 NOAHOM oOseme.
Tpu opuenmupogounoii npogepke noas 3penus He oepanutersl. 1o-
DU3OHMANbHBLIL MEAKOPAZMAWUCMbIT HUCMARM 8 KPALHeM NPAgom
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omeedenuu. Yyscmeumensnocms Ha auue He usmenena. Jluyeeas
myckyasamypa Hanpsieaemcsi cummempuyro. CHUMNCEH cayX ¢ 08X
cmopoH. H3bik u a3vbiMoK ho cpedneil aunuu. Inomanue, honayus
u apmukyaayus 6 Hopme. Peghaexcuol oparvHoeo asmomamusma om-
cymcmayrom. O0sem aKmuHbIX U NACCUBHBIX OBUNCCHUL 8 KOHeY -
HocmAx noauviid. ToHyc mbuuy KoHeuHocmell QuU3U0A0UYECKULL.
Mbiweunas cuna docmamounas. CyxodcunvHvle U NepUOCMAatbHble
peghaekcol cpedneil wcueocmu, D=S. [lamonoeuueckue pegaexcol
He onpedensromces. Inybokas u noeepxHocmHas uyecmeumens-
Hocmb He usmeHena. B noze Pombepea ycmoiuusa. Koopournamop-
Hble npobbl ebinoaHsem yooeaemeopumenvho. Hapywena cmamo-
Junamuueckas QyHKYUs no36oHouHuKa. PyHKyUU Mmazoewvix opea-
HO08 KOHmpoAupyem.

Kaunuueckuii ananuz kposu: COD 42 mm/u, ocmanvHble no-
Kazamenu be3 ocobennocmeil. buoxumuueckuii ananuz Kposu u 00-
wuil ananu3 mouu — 6 Hopme. HMccaedosanue uepe6pocnunanbHoll
acudkocmu (LIC2K): npospaunas, peaxuyus Honne—Aneavma om-
puuamenvras, peaxyus Ilanou ++, berox — 6,6 2/a, yumos — 0,
apumpoyumsl — 0—3 6 n/3p., earkoza — 5,5 mmonas/n, omHocu-
meavHasn naomuocms aukeopa — 1015, pH — 7,5. /s uckarouenus
capkoudosa evnoaner anaiusz Ha AIID — pesyrvmam ompuya-
menvHblil.

Komnvromeprnas momoepaghus epyoHoil Kaemxu — namono-
2UMeCcKUX UsMeHeHUll He ebisieneHo. Penmeenoepamma uepena — 6e3
namono2u4ecKux UsmMeHeHull.

Ha puc. 1 npedcmagaenst myavmucnupanvhvie KOMIbIOMep-
Hble MOMOPAMMbL NUPAMUO BUCOYHbIX Kocmell (00 npogedenus
ONepamuHo20 Ne4eHus).

Ha puc. 2 (a—xc) npedcmasnenvt daunvie MPT eonoenoeo
MO032ea ¢ KOHMPACMHBIM yCUAeHUeM (nepeoe obpauyerue).

HAWHUYECKHUE HABNKWAEHUA

Puc. 1. Myasmucnupanvhsle KomnsromepHble MoMOSPaAMMbl
nupamud sucounvix kocmeii (a, 6). ObwupHas 30Ha decmpyKyuu
6 nupamude 1e60i BUCOYHOU KOCMU ¢ UCMOHYEHUEM
KOPMUKAAbHOU NAACMUHKU 8EPXHell 2PAHU NUPAMUOb
Fig. 1. Multispiral computed tomography scans of the temporal
bone pyramids (a, b). Extensive destruction zone in the pyramid
of the left temporal bone with the thinned cortical plate
of the upper edge of the pyramid

Ha puc. 3 (a—e) npedcmagaens: dannvie MPT eon06no20
M032a ¢ KOHMPACMHBIM YCUuleHuem (cnycms 2 mec nocae nepeoeo
uccnedoganus u uepes 1 mec nocie pepadukanvHoil MUMNAHONAA-
CMUKU HA 1€60M YXe).

Dnekmposnyehanroepagus — 0CHOBHOU UMM 0e30PeaHU30-
6aH, Heycmotiuug no uacmome. Peeucmpupyemcs nepuoduueckoe
HepeeyaspHoe mema- u deavma-3amednrerue (S>D) ¢ akyenmom
6 nepedHux omaoenax. InusenmugopmuHas aKMUEHOCHb MUNUHHOL
Mopgonoeuu He 3apeLucmpuposand.

Puc. 2. Maenumno-pezonancuvie momoepammot 2010681020 mosea: T2-HUII, T2 Flair-HUII (a, 6); akcuarvhas niockocme,
T1-HUII ¢ konmpacmubim ycuaenuem (8, 2); KopoHanvHas naockocmo (0, e); T2-BH, cacummanvhas naockocms ().
Buzyanusupyemcs msexomkanHoe o6pazosanue eunomanamyca ¢ komnpeccueil 111 xucenydouka. lunepurnmerncugrulil cueHan
na T2, T2 Flair, T1-BH nocae koumpacmuposanus. [lycmoe mypeyioe cedno, ymoaujerHue 60pOHKU Unopu3a
Fig. 2. Brain magnetic resonance images: T2-1P, T2 Flair-1P, axial plane (a, b); contrast-enhanced T1-1P (c, d);
coronal plane (e, f); T2-W1I, sagittal plane (g). Soft tissue mass in the hypothalamus with compression of the third ventricle is visualized.
A hyperintense signal on T2, T2 Flair, T1-WI after contrasting. Empty sella turcica, infundibular thickening
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HAWNHUYECKHUE HABNKWAEHUA

npedss6aeHlUs] 3aNOMUHACI MOALKO MPU
crosa uz 10, makcumanbHo 60Cnpou38o-
dum He bonee namu ca08 (Kpueas 3anomu-
HaHus umeem 6uod 3—5—4—5—5—6—6-15),
@ukcupyromces napagazuu. I[lpu omcpo-
YeHHOM eocnpoussedenuu uepe3 1 u He
cMo2na 8CNOMHUMb HU 00H020 U3 10 cn08.
CroocHvle NPeoaodceHUs: 8 YCA0BUAX UH-
mepghepenyuu nOBMOPUMs He MONCem.
IIpu vinoanenuu mecma 3pumenvHoil pe-
meHnyuu benmona npasunvHo @vinoaHsem

Puc. 3. Maenumno-pesonancuvie momoepammol 2041061020 mozea, T2-, T2 Flair-UII,
akcuanvhas naockocms (a, 6); T1-HII ¢ konmpacmubim ycunsenuem, KOpoOHANbHAS
naockocmo (8). TunepunmeHcusHblll CueHAA OM 8030YXOHOCHBIX KAeMOK NUPamudsl npasoii
sucounoil kocmu na T2-, T2 Flair- UII 6e3 konmpacmuoeo ycunenus u Ha T1-BH
nocae KOHMpacmuposanus, 00UUpHas 0OHOPOOHASL 30HA 2UNEPUHMEHCUBHO20 CUSHANA
6 nupamuode nesoii sucounoil kocmu na T2-, T2 Flair- UII ¢ 00HopoOHbIM KOHMPACMHBIM
ycuneHuem om MacKOmKanHo20 KOMROHEHMA NOCAe KOHMPACMUPOBAHUL.
Tlosvbiuenue cuenanra om 060104eK 1€60t GUCOUHOL 00AU
Fig. 3. Brain magnetic resonance images, axial T2-, T2 Flair-1P (a, b); coronal
contrast-enhanced T1-1P (c). A hyperintense signal from the airway cells of the pyramid
of the right temporal bone on non-contrast-enhanced T2-, T2 Flair-1P and
on contrast-enhanced T1-WI, an extensive homogeneous zone of a hyperintense signal
in the pyramid of the left temporal bone on homogeneous contrast-enhanced T2-, T2
Flair-1P with a soft tissue component after contrasting. An increased signal

from the lining of the left temporal lobe

Jlis ymounenus xapakmepa HapyuieHui namsmu nAyueHm-
Ke 0bl10 NPo8e0eH0 IKCNePpUMEeHmMAanbHO-NCUX0A02UHecKoe 00cae-
dosanue.

Konmaxmy docmynna, na éonpocol omeevaem 6 ux KOHMeK -
cme. Peub npasuavnas, ¢paszosas, muxasn, monomonHas. B 6ecede
dobpodcesamenvha, naccueHa, 0e3blHULUAMUGHA, HECKOAbKO Oe-
NPUMUPOBAHA, ANAMUYHA K npoucxodsiyemy. B coocmeennoil auu-
HOCMU OPUEHMUPOBAHA NPABGUABHO, 8 MeCHe — HACMUYHO, 80 8pe-
MeHU — noumu noaAHocmolo dezopuenmuposana. Don Hacmpoenus
onucvleaem KaxK Xopouiuii. IMoyuoHaibHo 1aburvHa, 6 becede Obl-
cmpo ucmowaemes. Dukcuposana Ha NCUXOMPABMUPYIOUUX COObL-
musx 6 ceoeil wcuznu. Annemum noeviwer. M306imounas conau-
60CMb 8 OHEGHOE BPEMSI.

Hucempykyuu nonumaem u evinonnsem npaguavio. B pabome
naccuena, 3a0anusi 8bINOAHACH C HEKOMOPbIM NOOYICOeHUEM K Oe-
amenvHocmu. [Toeviuwenno ucmowaema.

Hapywenuii npouyecca moluinenus Ha MoMeHm 00CAe006aHUS
He 0OHAPYICEHO, NPOUECChl AHAAU3A, CUHME3A, CPABHeHUsl, 00001ye-
HUsL OMHOCUMENbHO COXPAHHBL. YPOGeHb NOHAMUIHO20 MbIUACHUS
He CHUDICEH.

Temn cencomMoOmopHbIX peakyuil coomeemcmeyem Hopma-
MUBHBIM 3HAUEHUAM (8peMs npoxodcoeHus 00Hot mabauyst Llyns-
me — 41,75 c), HepasrnomepeH, c omuemausoll menoeHyuell K Ucmo-
waemocmu no eunepcmenuyeckomy muny. Ilpu evinoanenuu «om-
cuumwieanus» (100—7) donyckaem moavko mpu owubxu. Cuem,
NOHUMaHUE paspsaoHocmu 4ucea He Hapyuiehsl. Koppexmyphyio
npoby 6bINOAHACM 6 HEPAGHOMEPHOM memne, ¢ NPUSHAKAMU UCIO-
Waemocmu NCUXUYECKUX NPOUeCcCo8, CHUNCCHUS YCMOUYUBOCMU
U KOHUEHMpAauuu npou3eonvHo2o eHumanus. IIpodykmuenocmo
NCUXUYECKOIl OesIMEeAbHOCIMU CHUMICEHA U UMeem HeyCMmoUuYuablil
xapaxkmep.

Obsem KpamkogpemenHol Namsamu CHUdCeH — mpu eou-
nuywl. [lpu ucnonvzoeanuu mecma «I10 croé» nociae nepgoco
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moavko mpu npocmuix 3adanus u3 10, 0o-
nycmue MHONCeCmEo epyoblx ouuboK
¢ ygeauveHuem 4ucaa oumubok Kk KoHyy 3a-
danus, umeromces oumuOKU 6 gude nepcege-
payuii. CamocmosamenvHoe pucosauue no
3a0anu0 00CMynHo.

Takum obpazom, Ha ghoHe 8bipadiceH-
HOUl ucmouaemMocmu NCUXU4eckKux npoyec-
€08 No 2unepcmeHU4ecKoMy muny Golsaeis-
1omces Hapyuierue yceoenus, nepepadomiu,
socnpoussederuss uHgopmayuu, cydiceHue
obsemMa onepamueHoil namsamu, Hapyuie-
Hue ukcayuu mexyuwei uxgopmayuu,
nposeaeHue aMHeCmu4eckoli 0e3opueHmu-
posku. Kpome moeo, ommeuaemes crhudice-
HUe IMOUUOHANbHO-B0AEBbIX, MOMUBAUU-
OHHbIX XAPAKMEPUCMUK, 00ujas UuHaKmue-
HOCMb, 6e3bIHUYUAMUBHOCMb. 3AKAIOHEHUe: AMHECMUYEeCKUIl 6apu-
aHm ¢ HapyuwieHuem gukcayuu mexyweil ungopmayuu, ¢ 31emMeH-
mamu amHecmu4eckoil 0e30pueHmupo8KU, HApYuieHuem peeyasi-
mopHbIx YHKUUI Ha hoHe NOBbIUEHHOI UCMOWAeMOCmU nCuxXue-
CKUX npoyeccos.

Ocmomp ncuxuampom: J’carod aKkmueHo He npedssieasem.
B cosnanuu, konmaxkmy docmynHa. Brewne onpsmua, no3a u no-
Xxo0ka 6e3 ocobennocmeil. Peub HOpManbHas no memny u epomKo-
cmu, 6 6ecede He 3aurnmepecogana. IIpusHaKoe CHUMNCeHUs Hacmpo-
eHus He 0OHapyJcusaem, Cymo4HviX KOAeOAHUI 6 COCMOSHUU Hem.
Imoyuonanvro aabunrvha. Ha nepsviii naan evicmynarom epyovie
HapyuleHus PUKCAyUOHHOI NAMAMU; 80 BPEMEHU U Mecme He OpU-
enmupyemcs. Kpome moeco, nayuenmka amHe3uposaia oaumens-
Hblll nepuod ceoell JHCU3HU, BKAIHAST IMOUUOHANLHO 3HAUUMbIE CO-
bbimus; ommeuaromes ncegoopeMuHucyeHyuu (cuumana, ymo ei
MOAbKO Npedcmoum pazeoo, Xoms oH yice npousouwen). Haeszuu-
8bix, Opedosbix udeil, a makdice paccmpoiicme 80CNPUIMUsL He 8bl-
sA61eH0. YnompebaeHue NCUXOAKMUBHLIX Geujecme NayueHmia
u conpogocoarouas ee poOCmMeeHHUUa ompuyarom. 3akauenue:
OJaHHbIX, CBUOeMeNbCMBYIOUUX O HAAUMUU KOHBEPCUOHHbIX pac-
cmpoiicme uau paccmpoiicme Hacmpoenus, He noayteHo. Kopca-
KOBCKULL CUHOPOM HesICHOR0 2eHe3d.

Ha ocnosanuu xncanobd, kaunuueckoil kapmuHsl 3a0604e6a-
HUS U NOAYYEHHBIX OaHHbIX 00CcAe008aHUll Jup@epeHyuaibHas
duaeHocmuka npogoounacs Mexncoy OnyxoneeviM U UHQPeKyuoH-
HbIM NPOUECCOM, BbI3bl8AIOWUM pa3eumue epanyiemamosa (my-
bepkynes, Opyueanes, Ky-auxopaoka), capkoudosom, a makxaice
eucmuoyumapnsim 3abonesanuem. bvlro peuteno npogecmu no-
8mopHoe uccaedosanue: UMMYHOLUCMOXUMUIO U NOAUMUKDOOHYIO
I[P u3 mamepuana 6uonmama. Ilosyyens: credyouiue pe3yns-
mamol:

— noaumuxpobuas I11[P: 0annbix 0 HUAUYUY UHDEKYUOHHBIX

OP2AHU3MO8 He NOAYHEHO;
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— UMMYHORUCMOXUMUSL: 2PAHYAEMON000OHbIe NOPAdICeHUs
noaoxcumenvHol npu  ummynoeucmoxumuu Ha CDI
u BRAFV600E, umo coomeemcmeayem ucmuoyumosy u3
Kaemok Jlaneepeanca.

B pesynvmame anaauza aHamHecmMu4ecKux U KAUHUHECKUX
danHbIX, pe3yabmamos 00cae008aHUsl, 6 Nepeyr ouepeds eUcmo-
A02U1ECK020, UMMYHOSUCIOXUMUYECK020 U HeUPOBU3YANU3AUUOH -
H020, nayuenmke 0Obin nocmasner duaenos: «lucmuoyumos uz
Kaemok Jlaneepeanca ¢ nopajceHuem 2UunOmMaramo-eunopusap-
HOU obaacmu ¢ HecaxapuvlM Ouabemom, XpOHUHeCKUM 08ycmo-
DOHHUM OMUMOM U (UKCAUUOHHOU amHesuei». [s 6bia6AeHUs
B03MOJCHBIX NAMOAOCUMECKUX 04A208 6 OpY2UX 0P2aAHAaX U cucme-
max 60AbHOU 0OblLA0 PeKOMEeH008AHO GblNOAHEHUE NO3UMPOHHO-
IMUCCUOHHOU momoepaguu eceeo opeanuzma. /lo noayuenus pe-
3yabmamog uccaedosanus popma I'KJI pacuenusanacey kax mono-
cucmeMHas MH02004a208ds (eUNOMANAMO-2UNOPU3IAPHAS 00-
AACMb U cpedHee YX0) ¢ NopadceHuem yeHmpaibHoil HepeHoll Cuc-
memwt (IL[HC).

s danvHeiluieeo aeveHus 604bHaAs OblAa NEpesedeHa 8 om-
deneHue OHKO2eMamonoeuu 045 nposedeHus XUumMUomepanuu ¢ pe-
KomeHdayuei NO8MOPHO20 NPOXOHCOCHUS IKCNePUMEHMANbHO-NCU -
X0102U4ecK020 00CAe008aAHUSL U KOHCYAbMAUUU NCUXUAMPA Yepes3
6 mec. Bonpoc 0 ékauenuu 6 Kypc AeueHust MeMAaHMUHA 6 CMaH-
dapmHbvix 003UposKax Obia OMA0JNUCEH 00 00CYHCOCHUS Ueaecoobpas-
HOCMU HA3HAYEHUs Npenapama ¢ OHK0A02aMu.

Obcympenne

[MCTHMOLMTO3BI — 3TO TPYIIA PEIKUX U BeCbMa pa3HO00-
Pa3HBIX IO arPECCUBHOCTU U OMOJIOTMYECKOMY MOTEHIMANY 3a-
0osieBaHUsl, OObEIUMHEHHBIX HaJWu4yuheM MpoarudepaTUuBHbIX
MpPOLECCOB B MOHOLIMTApHO-MaKpodarajibHoii cucreme. B sty
TPYTITY BXOIAT aOCOJIIOTHO Pa3HbIe M0 KIMHUIECKOMY TEUEHUIO
3200J1eBaHUSI: OT CUCTEMHBIX HOBOOOPA30BaHUI 10 € AMHUYHBIX
no0pokavyecTBeHHBIX TpaHyieM. HecMoTpst Ha To uTo 3a60seBa-
HUE OBIJIO OMMCAHO TOCTATOYHO NABHO, TUOJIOTHUS U TTaTOTeHe3
I'KJI no Hacrosiiiero BpeMeHU OCTalOTCS TPEAMETOM ITUCKYC-
cuii [3]. DTa naTojorus couyetaer B cede uepThl Kak HOBOOOpa-
30BaHUs, TaK U PeaKTUBHOTO Tpoliecca. M3BecTHO, 4TO OKOJIO
MOJIOBUHBI MAIlMEHTOB MMEIOT COMAaTUYECKYI0 MyTalldio B Ia-
tosnornyeckux kierkax Jlanrepranca VO0OE B reHe BRAF [4].
CuuraeTcs, 4TO K pa3BUTHIO 3a00J1€BaHUs TPUBOIUT KJIOHAJb-
Hast ipoudepanys SMUAepMaTbHbIX THCTUOLUTOB, UCTOYHU-
KOM KOTODBIX SIBJISIETCS] KOCTHBIN MO3T. OIMyX0JId TUCTUOLUTAP-
HOTO MPOUCXOXICHUST Pa3BUBAIOTCS U3 KJIETOYHBIX CYyOMOMyIsi-
i, nuddepeHINPYOIINXCSI B MOHOHYKJIeapHbIe (haroiuThl
¥ EHAPUTHBIE KIeTKU. [1py TMCTOIOTMYeCKOM MCCIIeIOBAHNHT
CO CTaHAAPTHOI OKPACKOU TeMaTOKCWJIMHOM U 03WHOM B O4a-
rax MmopaxkeHust HabIoxaeTCsl MHPWIBTPAIUS KPYITHBIMU OKPYT-
JIBIMU KJIETKAMU CO CKJIa[yaThiM SIIPOM U OOWJIbHOM OJieHOMI
IUTOIJIAa3MON — TaTOJIOTUIECKUMM KJleTkaMu JlaHTepraHca.
Kpome snupepMaibHBIX TUCTUOIIUTOB, KJIETOYHBIN WHGUIBT-
paT COIEePXHUT JIMMGMOLIUTHI, 303MHOMUIBI, MOHOIIUTHI, MAKPO-
daru. Ilpu 371eKTPOHHOU MUKPOCKONHMU BBISIBJISIETCSI XapaK-
TepHasl LMTOIIa3MaTuueckasi CTpyKTypa, 1no (opme HarmoMu-
Harolllasi TeHHUCHYIO PaKeTKy, — «rpaHyna bupbeka», siBisiio-
masicsl XapakTepHbIM MOPGhOIOrMYecKUM Mpu3HakoM. MMmy-
HOTUCTOXUMMYECKOE MCCIEIOBaHUE MO3BOJSIET BepuUIIpo-
BaTh MMArHO3 IyTeM OKPAIIWBAHUS KJIETOK MHOWIBTpaTa pea-
reHToM, crnelnduuHbiM K antTureHam CDla u CD207 (nmaHre-
puH). XapakTepHbl Takxke skcnpeccust 6enka S100, o-D-man-
Ho3upasa, AT®aza [1].
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3a Bpems uzydenust ['KJI mocTurHyT 3HaYNTEIBHBIN TTPO-
rpecc B ONMMCAHUY KIMHUYECKOM KapTUHBI U JIeYeHUsI 3a00Jre-
BaHUS U, B MEHBIIIEH CTeIIeH!, B TOHUMaHUW 3TUOJIOTUH U TTa-
todusnonoruu npouecca. I'KJI gapiaseTcs pazHooOpa3Hoii Mo
KJIVHAYECKUM TPOSIBACHUSIM U TUIMY TEYEHUs] TMAaTOJOTHUE:
OT JIOKAJIU30BAaHHBIX (POPM C 10OPOKAUYECTBEHHBIM TEUEHUEM
U CTIOHTAaHHBIM BBI3JIOPOBICHUEM O NHCCEMUHUPOBAHHBIX
(opM ¢ OBICTpONPOrpecCUpPyIOIUM TEYEHUEM U JIETATbHBIM
HCXOAOM JIN0O PELUAVBUPYIOLINM TUIIOM TEYEHUS C UCXOJOM
B HeoOpatumylo MHBanmmmu3amnuo [3, 5]. B maromormueckuii
TIPOIIECC MOTYT OBITH BOBJIEUEHBI B PA3HBIX COUETAHUSIX JIIOObIE
OpraHbl M CHCTeMBbl. B 3aBUCMMOCTM OT 4uMCIa MOPaXeHHBIX
OPTaHOB BBIIEJISTIOT MOHO- M MYJIBTUCUCTEMHYIO (hDOPMBI 3a00-
JeBaHusI. MoHOCUCTeMHast (hopMa MOXET ITPOTEKATh C OMHUM
oJarom mopaxkeHusi (0HOOYAroBbie) WM IBYMsI 1 OoJjiee oda-
ramMu (MHOTrOOYaroBbie), ¢ HapylleHHueM U 0e3 HapylieHUs
(DYHKIMM XU3HEHHO BaXXKHBIX opraHoB [6]. MoHocucTeMHas
¢dopma 3abosieBaHUs yallle HAOMIOAAETCS Y B3POCIHbBIX JIIOAEH
MOJIOZIOTO BO3pacTa.

HanHbie 00 ocobeHHocTax TeyeHus ['KJI y B3pocabix
KpaiiHe orpaHu4eHHBI [7, 8]. MHOTMe aBTOPHI CXOASITCSI BO
MHEHWU, 9TO TaHHOE 3a00JIeBaHNe YaCTO MPOSBISIETCS CUM-
MITOMaM¥, KOTOPbIE JIETKO TPWHSTH 3a TPOSIBICHUS IPYTOit
natosioruu [9—11]. B 15% cnyuyaeB 3abosieBaHust Y B3POCIBIX
JII0Jell pa3BUBaeTCs MYJbTUCUCTEMHOE MopaxeHue [12].
B 10—60% ciyuaeB 3a6oJieBaHUSI UMEET MECTO M30JMPOBaH-
Hbli terouHbiil ['KJI, mpoTekatolinii 66CCUMIITOMHO U BbISIB-
JISTIOLIUAMCS TIPU CAYYalHBIX PEHTTEHOJIOTUYECKUX MCCIEI0-
BaHUSIX B BUJIE 04aroBOi AUCCEMUHAIMU Ha (DOHE YCUIIEHHO-
IO U CeTYaTO-TSIKUCTOTO JJIETOUHOTo pUcyHKa. YacTole BHee-
roynbie nposiBieHuss 'KJI — kucTo3Hoe nmopaxeHue KocTei
(60—80%), nopaxenust Koxu (40—50%), nuMmbaTHIECKUX Y3-
J0B (4%) v HecaxapHblil 11abeT. B cTpyKType MpUYMH LIEHT-
panbHOTO HecaxapHoro nuabera ['KJI Bctpeuaercsa y 3% na-
uneHToB [13] u pa3BuBaeTcs MpU MOpPakKeHUST 3aaHEl MO
runodusza U MOXET coueTaThcsl ¢ MUChYHKIMeH mepeaHeit
nonu turnodusa WM TUMOTaTaMU4YecKoW nuchyHKIuen
(oxupeHue, ameHopest). HecaxapHoe MoueM3HypeHHE BO3-
HUKaeT B pe3yibraTe MHOWIBTPALMU TUIIOTAJIaMO-TUITOMDU-
3apHOTO TpakTa rucTuouuTamu [14, 15], uyTo Xopoliio Bu3sya-
JIM3UpYeTCd TIpU mpoBeaeHU KoHTpacTtHoii MPT [16]. Kiac-
cuueckass tpuama ['KJI, mam Oonesnu Xenpa—Illiomne-
pa—KpucueHa, BkiouyaeT aedeKTbl YeperHbIX KOCTEM, K-
30dTanbM U HecaxapHblil nuabdeT. Takke mast ['KJI xapakTep-
HO [JIMTEJbHOE U PelUAMBUPYIOlIee TeueHUEe Hapy>KHOTO
OTUTA, PE3UCTEHTHOTO K aHTUMUKPOOHOIT Teparuu, BCIEICT-
BHE€ Uero olMOOYHO AuMarHocTupyetcss oromrkos [1]. Takxke
MOXET BCTPEUYaThCsI CPEAHUI OTUT, KOTOPBIN OOBITHO coUueTa-
eTCs C TMOpakeHWeM CTPOMBI BUCOYHOW KOCTM W TIPUBOIUT
K TJIyXOTe.

IMopaxenue LIHC nipu I'KJI BcTpeuaeTcst oueHb peako:
B 1—4 % Bcex ciyyaeB MOJTMCUCTEMHON U MOJUOYAroBOii KO-
CTHOU (POPMBI — M MOXET HOCUTb XapakTep 00beMHOIo odpa-
30BaHUsl WJIM OYArOBBIM JereHepaTUBHBIN XapakTep. MHTpa-
KpaHUaJIbHbIe MOPaXeHUs MPU TUCTUOLUTO3E HEJOOLIeHUBA-
I0TCSI KaK MO 4acToTe, TaK U 1Mo MHOorooOpasuio. Cuntaercs,
YTO PUCK MOPAXKEHUsI BEIIECTBA TOJOBHOTO MO3Ta HambOJb-
IMii y OOJBHBIX C OYaraMy B KOCTSIX Uepera M HecaxapHBbIM
nurabeToM. AHaAIU3 JIUTEePaTyphl TTOKa3bIBaeT, UTO OoJiee deM
B MOJIOBUHE CITy4aeB BCTPEUaloTCs AeCTPYKIIMU KOCTeil yepe-
Ma, HepeaKo ¢ MSTKOTKaHHBIM KOMIIOHEHTOM, paclpocTpa-
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HSIOLKUMCS MHTpakpaHuaibHo [17—19]. Pexe BcTpeuawoTcs
MopaXkeHUs TUITOTaIaMO-THUITO(GU3apHOI 00JTaCTU, MEHUHTE-
aJlbHBIEe TTOpaXXeHMsI, BOBJIEUEHME B IATOJOTMYECKUI TPO-
1ecc 0eJ10ro BellecTBa U 0a3aibHbIX FAaHTJIMEB, a TAKXe aTpo-
¢ust mosra [20].

[To nanubiM MPT BbIAEASIIOT TPY OCHOBHBIX TUIIA U3ME-
HeHult: nuddy3Hbie U3MeHeHUus1 B OeJoM BelllecTBe (Yalle
B MO3XEUKe M CTBOJIE MO3Ta); XOPOIIO OTTpaHUYEHHbIC U3ME-
HeHHs B O€JIOM M CEpOM BelllecTBe (Jallle B MOCTY U ITIepUBEH-
TPUKYJISIPHON TKAaHU MOJIyIIapuii OOJBIIOrO0 MO3Ta); 3KCTpa-
MmapeHXNMaTo3Hble 00pa3oBaHUS (OOBIYHO JBYCTOPOHHUE
W CUMMETPUYHEBIE, PACIIOJIOKEHHBIE B TBEPIOI MO3TOBOIT 060-
JIOYKE; WHOTIA BOBJIEKAIOTCS COCYIMCTBIC CILJICTCHUS OOKO-
BBIX 3KEJTYIOUKOB U 000JI0YKY 3pUTEJIbHOTO HepBa). KitmHuye-
cKasl KapTHHA MTopaXKeHMUs TOJIOBHOTO MO3Ta 3aBUCUT OT JIOKa-
JM3aluu U akTuBHOCTU Tpouecca. B LICXK uzmeHeHus: npu
T'JIK He xapakTepHbl. B mocTymHo#t auTepatype HaM He yna-
JIOCh HAWTU TaHHBIX O PACCTPOMCTBAX MaMSITH, BOSHUKAIOIIMX
npu nokanu3auuu oyara 'KJI B LIHC, u cpaBHUTH uX ¢ Ha-
1IMM HaOJIOAEHUEM.

JlaHHOe KJIMHUYeCKOoe HaOII0JeHue UHTEPECHO TeM, YTO
paccTpoiicTBa MaMsITH, OCOOEHHO y TALIMEHTOB MOJIOIOTO BO3-
pacTa, BCTpEYaroTCs B IMPAaKTUKE HEBPOJIOTa M TICUXKMATpa Heva-

CTO, ellle pexe KIMHULUCTAM MPUXOJUTCS CTATKUBATHCS C TUC-
TUOLIMTAPHBIMU OOJIE3HSIMU U PACCMATPUBATH UX KaK MPUUMHY
KOTHUTUBHBIX HapyllleHUii. B auTepaTypHbIX UCTOUHMKAX HaM
HE BCTPETUJIUChH YOEIUTEIbHbIE MUAEMUOJIOTMYEeCKe JaHHbIE
0 YacTOTe MOPaXXeHUsI Pa3TUYHBIX OTIEJIOB TOJIOBHOTO MO3ra
npu 'KJI, a Takke ciydasix HapylIeHUI MaMsaTu Npu AaHHOM
MaTOJIOTUHU.

B npencraBieHHOM KJIMHUYECKOM CITydae XOUeTCsl OTMe-
TUTBH MO3HEE HETUTTUYHOE HAYaI0 U MAJIOCUMIITOMHOCTb 3200~
JIeBaHUS y TIAUMEHTKU: W3 KIWHUYECKUX TPOSIBICHUIN MMenn
MECTO HapyllleHWs TaMsITH, HEeToJHasl Tpuama Oosne3Hu XeH-
na—I1Tomrepa—KpucueHa (ak3odTanbm 1 HecaxapHbIil 11abeT)
U peUUIUBUPYIOLIUE IBYCTOPOHHUE CPEHUE THOWHBIE OTUTHI.
OrcyTtcTBOBAIM Haubosiee yacto Berpevatoiuecs npu ['KJI mo-
paxkeHUs KOXU U JIeTKUX.

Penkast BcTpeuaeMocTh U HeCclelM(MUIHOCTb CUMIITOMOB,
BKJIIOYas JAaHHbIC HEWPOBU3YAIM3aLUU, NO-BUIUMOMY, SBJIS-
IOTCS OCHOBHBIMM MpUYMHAMU TpyaHocTU AuarHoctuku ['KJI.
Hawnbonee noctoBepHbIM METOIOM IMATHOCTUKMU SIBJISIETCSI TUC-
TOJIOTUYECKOE U UMMYHOTUCTOXUMUYECKOE UCCIeJ0BaHuE O1o-
ncuitHoro Matepuana. [loaTomy mpoBeneHMe cTepeoTakcuye-
CKOI1 OMOTICUY TOJIOBHOTO MO3Ta HEOOXOAMMO BO BCEX CIIydasix
nopo3penus Ha ['KJI ¢ mopaxenuem LIHC.

1. PymsHueB AI, MacuaH AA, Macuan MA,
Hosuukosa I'A. @enepanbHble KIMHUIECKUE
PEKOMEH/IALIMH 110 AUATHOCTUKE U JICYCHUIO
TMCTUOLIMTO3a U3 KJIETOK JlaHrepraHca.
Mocksa; 2014. 17 c.

[Rumyantsev AG, Maschan AA,

Maschan MA, Novichkova GA. Federal'nyye
klinicheskiye rekomendatsii po diagnostike i
lecheniyu gistiotsitoza iz kletok Langergansa
|Federal clinical guidelines for the diagnosis
and treatment of Langerhans cell histiocytosis].
Moscow; 2014. 17 p. (In Russ.)].

2. Nezelof C, Basset F, Roussecau MF.
Histiocytosis X histogenetic arguments

for a Langerhans cell origin. Biomedicine. 1973
Sep;18 (5):365-71.

3. Degar BA, Rollins BJ. Langerhans cell his-
tiocytosis: malignancy or inflammatory disorder
doing a great job of imitating one? Dis Model
Mech. Sep—Oct 2009;2(9-10):436-9.

doi: 10.1242/dmm.004010

4. The French Langerhans' cell Histiocytosis
Group. A multicentric retrospective survey
of Langerhans' cell histiocytosis: 348 cases
observed between 1983 and 1993. Arch Dis
Child. 1976;75(1):17-24.

doi: 10.1136/adc.75.1.17

5. Grois N, Potschger U, Prosch H, et al.
Risk factors for diabetes insipidus

in Langerhans cell histiocytosis. Pediatr
Blood Cancer. 2006;46(2):228-33.

doi: 10.1002/pbc.20425

6. Ka3zaxkos /1B, Kemnd B, Camiios AB,

Bypr I. 310KkauecTBEHHbIE OMyXOJIU TUMOOUI-
HOI1 TKAHU C MOPaKEHNUEM KOXU: COBPEMEH-
HbIE TIPUHIIMITBI IUATHOCTUKK U KpaTKast Xapa-

122

KTEPUCTHUKA OCHOBHBIX HO30JIOTMUECKUX (HOPM.
Becmuuk depmamonocuu u eeHepononoeuu.
2002;(1):23-33.

|Kazakov DV, Kempf'V, Samtsov AV, Burg G.
Malignant tumors of lymphoid tissue with

skin lesions: modern diagnostic principles

and a brief description of the main nosological
forms. Vestnik dermatologii i venerolologii.
2002;(1):23-33 (In Russ.)].

7. Girschikofsky M, Arico M, Castillo D,

et al. Management of adult patients with
Langerhans cell histiocytosis: recommendations
from an expert panel on behalf of Euro-Histio-
Net. Orphanet J Rare Dis. 2013;8:72.

doi: 10.1186/1750-1172-8-72

8. Allen CE, Ladisch S, McClain KL. How |
treat Langerhans cell histiocytosis. Blood.
2015;126(1):26-35. doi: 10.1182/blood-2014-
12-569301

9. Boiitkosckast KC, Yepnsie AJl. Tuctuo-
LIMTO3 JIETKUX U3 KJIeToK JlaHrepranca. I1yab-
mononoeus. 2013;(1):90-4. doi: 10.18093/0869-
0189-2013-0-1-90-94

[Voytkovskaya KS, Chernyayev AL. Lung histi-
ocytosis from Langerhans cells. Pul'monologiya.
2013;(1):90-4. doi: 10.18093/0869-0189-2013-
0-1-90-94 (In Russ.)].

10. Biswas A, Donahoe M. The many faces

of pulmonary Langerhans cell histiocytosis.
Sarcoidosis Vasc Diffuse Lung Dis. 2014 Oct
20;31(3):244-8.

11. Jlenmnn AB, Mbun AB, KpaitHos CA.
Jly4yeBasi IMarHOCTHKA TMCTUOLIMTO3a U3 KJie-
ToK JlaHrepraHca. broatemens uzuonocuu

u namonoeuu deixanus. 2017;(63):98-107.

doi: 10.12737/article_58e461e¢7bbc268.71298937

[Lenshin AV, Il'in AV, Kraynov SA. X-ray
diagnostics of pulmonary Langerhans cell histi-
ocytosis. Byulleten' fiziologii i patologii dykhaniya
= Bulletin Physiology and Pathology

of Respiration. 2017;(63):98-107

doi: 10.12737/article_58e461e¢7bbc268.71298937
(In Russ.)].

12. Vassallo R, Ryu J, Schroeder DR, et al.
Clinical outcomes of pulmonary Langerhans'-
cell histiocytosis in adults. N Engl J Med.
2002;346(7):484-90.

doi: 10.1056/NEJMoa012087

13. deno MU, Iuraposa EA,

Poxunckas JISl. OTKpeITOE MPOCTIEKTUBHOE
KJIMHUYECKOE MCCIIeJOBaHUE 110 OLIEHKE
a(beKTUBHOCTU 1 6E30MaCHOCTU TIPUMEHEHUS
JecMoIpeccuHa B (hopMe Ha3aIbHOTO

cripest y MallMeHTOB C LIEHTPaTbHBIM
HecaxXxapHbIM TUa0eTOM:
(hapmakosKoHOMUYECKUE aCTIEKThI. Jlevauuii
epau. 2010;(9):2-5.

|Dedov 11, Pigarova EA, Rozhinskaya LYa.

An open-label prospective clinical study evalu-
ating the efficacy and safety of desmopressin
nasal spray in patients with central diabetes
insipidus: pharmacoeconomic aspects.
Lechashchiy vrach. 2010;(9):2-5 (In Russ.)].

14. Gotz G, Fichter J. Langerhans'-cell histio-
cytosis in 58 adults. Eur J Med Res. 2004 Nov
29;9(11):510-4.

15. Makras P, Alexandraki KI, Chrousos GP,
et al. Endocrine manifestations in Langerhans
cell histiocytosis. Trends Endocrinol Metab.
2007 Aug;18(6):252-7.

doi: 10.1016/j.tem.2007.06.003.

Epub 2007 Jun 27.

Heeponoeus, neiiponcuxuampus, ncuxocomamuka. 2020;12(6):117—123



16. zepanosa JIK, IMuraposa EA,

Tlerposa [I1B. O6beMHBIE 0Opa30BaHUS TUIIO-
TaJJaMUYECKOM 00J1aCT! ¥ HapyIleHUe 1IEHT-
paIbHOII PEryJISINY TOMeocTasa.

Oocuperue u mematboauzm. 2014;(3):42-50.
doi: 10.14341/OMET2014342-50

|Dzeranova LK, Pigarova EA, Petrova DV.
Space-occupying lesions of the hypothalamic
region and disorders of the central regulation
of homeostasis. Ozhireniye i metabolizm.
2014;(3):42-50. doi: 10.14341/OMET2014342-
50 (In Russ.)].

HAWHUYECKHUE HABNKWAEHUA

17. D’Ambrosio N, Soohoo S, Warshall C, et al.

Craniofacial and intracranial manifestations
of Langerhans cell histiocytosis: report of find-
ings in 100 patients. AJR Am J Roentgenol.
2008;191(2):589-97.

doi: 10.2214/AJR.07.3573

18. Woo KL, Harris GJ. Eosinophilic granulo-
ma of the orbit: understanding the paradox

of aggressive destruction responsive to minimal

intervention. Ophthal Plast Reconstr Surg.
2003;19(6):429-39.

[Moctynuna/oTpelieH3upoBaHa,/IPUHATA K TIe4aTh

Received/Reviewed/Accepted
22.09.2020/30.10.2020/5.11.2020

3assienne o koudumkTe uarepecos/Conflict of Interest Statement

HccenoBaHue He UMENIO CIIOHCOPCKOM MOMIepKKU. KOHMIMKT MHTEPEeCOB OTCYTCTBYET. ABTOPBI HECYT MOJHYIO OTBETCTBEH-
HOCTb 3a MPeI0CTaBICHIEe OKOHYATEIbHOW BEPCUM PYKOITUCH B TeyaTh. Bce aBTOpbI MPUHMMAIIN y4acTHe B pa3paboTKe KOHLIEIIUN
CTaThU M HaMMCaHUU pyKomucu. OKoHYaTeIbHast BEpCHsl PyKOMKCH Oblila 0100peHa BCEMU aBTOPaMHU.

doi: 10.1097/01.i0p.0000092800.86282.27

19. Kitsoulis PV, Paraskevas G, Vrettakos A,
Manni A. A case of eosinophilic granuloma

of the skull in an adult man: a case report.
Cases J. 2009 Dec 4;2:9144. doi: 10.1186/1757-
1626-2-9144

20. Prayer D, Grois N, Prosch H, et al.
MR Imaging Presentation of Intracranial
Disease Associated with Langerhans Cell
Histiocytosis. Am J Neuroradiol.
2004;25(5):880-91.

The investigation has not been sponsored. There are no conflicts of interest. The authors are solely responsible for submitting the
final version of the manuscript for publication. All the authors have participated in developing the concept of the article and in writing

the manuscript. The final version of the manuscript has been approved by all the authors.

Jlykuna JI.B. https://orcid.org/0000-0001-8500-7268
MuxaiinoB B.A. https://orcid.org/ 0000-0002-7700-2704
AmnanbeBa H.U. https://orcid.org/ 0000-0002-7087-0437
Maszo I.9. https://orcid.org/0000-0001-7910-9129
Kacbsiros E.JI. https://orcid.org/0000-0002-4658-2195

Hesponoeus, neiiponcuxuampus, ncuxocomamura. 2020;12(6):117—123

123



